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and laughing, and a slight degree of dementia, and by the complete
absence in uncomplicated cases of any true paralysis or of those
alterations in the reflexes which arc associaled with lesions involving
the pyramidal system. Pathologically the nervous lesion consists in
bilaterally symmetrical degeneration of the lenticular and caudate
nuclei, with degenerative changes in nerve-cells in the cerebral cortex.
In addition, the liver constantly shows a profound degree of multi-
lobular cirrhosis, which may be clinically latent.
Familial
incidence
Age and sex
incidence
 2.-AI<TlOLOGY
So far as is known the malady is not heritable, but numerous familial
cases are recorded; thus Barnes and Hurst reported three cases in one
generation, a fourth child dying of hepatic cirrhosis without the symp-
toms or lesions of lenticular degeneration (see p. 4W). Ikyond the Iact
that several members of a family are often a fleeted and that occasional
cases have been reported in other close relations nothing is known of
the aetiology of the disease. It seems probable that the cerebral degenera-
tion is secondary to the disease of the liver and somehow depends on
it, but this relation is not clear.
The disease most often begins between the ages of ten and thirty years,
but the onset may be slightly earlier or later. The sex incidence is
approximately equal.
 
Liver
 3.-MORBID ANATOMY
The disease is characterized by the triad of mullilobular cirrhosis of the
liver, degeneration of the brain, affecting especially the corpus striaium,
and deposition of pigment in the posterior clastic lamina (I)escemct's
membrane) in the cornea, the so-called Kayser-FIeischer /one. Of the
three the alterations in the liver are the most striking and appear to
precede the cerebral degeneration. It is very doubtful if cases in which
the liver is found to be normal should be classed under the heading of
hepato-lenticular or progressive lenticular degeneration. The conical
pigment, on the other hand, may appear late, and may be present only
in certain sectors of the cornea of one eye, at a stage when the nervous
symptoms are well established. It has, however, been found with
remarkable constancy in cases examined with the slit-lamp.
(1)—Liver and Spleen
The liver is usually much shrunken and very firm. Its surface is rugose,
with slightly raised nodules, which vary in size from a few millimetres
to one or more centimetres in diameter. The capsule is not notably
thickened. On section the liver substance has a mottled yellow or
yellowish-brown colour, broken up by strands of grey fibrous tissue into

